Lesch-Nyhan syndrome (LNS) is a rare genetic disorder linked to the X chromosome that implies an inborn error of metabolism, due to deficiency in the purine metabolic pathway, affected individuals present neurological symptoms, such as cognitive and motor impairment, besides behavioral changes such as self and hetero-aggression. This characteristic aggressive behavior leads to insults and self-mutilation, thus requiring methods of self-protection, some invasive and permanent, such as tooth extraction. Noninvasive methods, such as the use of oral protectors, pharmacological therapies and botulinum toxin A applications, are also employed to decrease discomfort and the implications of such behavior. We describe briefly the methods of prevention against oral self-mutilation in patients with Lesch-Nyhan syndrome found in the literature. 13 14 15 16 17 18 19 20 21 48 literature. 49 PREVENTIVE METHODS 50 Pharmacotherapy 51
INTRODUCTION 22
First described in 1964, Lesch-Nyhan syndrome (LNS) is a rare disorder linked to the X chromosome, 23 that approximately one in 380,000 live births (Nyhan (1997)). It causes disturbance in the uric acid 24 metabolism and central nervous system (CNS)(Lesch and Nyhan (1964)) due to mutations in the gene 25 that codes for the hypoxanthine-guanine phosphoribosyltransferase enzyme (HPRT1), located between 2001)). According to Anderson and Ernst (1994) , out of the 40 35 Lesch-Nyhan patients, the study found that 90% had permanent physical damage due to self-mutilation.
36
Patients are aware of their self-harming behavior and become agitated and afraid when their protective 37 and restrictive gear are removed (Lesch and Nyhan (1964)). The restriction method seems to be the 38 most suitable for controlling self-mutilation. Regarding the restrictions and nozzle protections used to 39 avoid self-mutilation, tooth extraction has been the most used method to reduce self-harming behavior 
